INTRODUCTION
P olyarteritis Nodosa (PAN) is a necrotising vasculitis of medium-sized muscular arteries, associated with multiorgan involvement. PAN is comparatively rare in childhood and the annual incidence in adult ranges from 2 to 9/million in Europe and United States. [1] However, Lindberg had described cases of necrotizing vasculitis, which was limited to the skin but could not be histopathologically distinguished from PAN, as cases of cutaneous polyarteritis nodosa (CPN). [2] The characteristics of CPN are: (1) Findings of vasculitis limited to the skin, (2) histopathological findings of skin biopsy similar to those of PAN (necrotizing vasculitis in small arteries in the lower dermal layer or subcutaneous fat tissue), and (3) absence of internal organ lesions. [2] CPN is a distinct entity from PAN because of a rarity of systemic involvement and good prognosis. Though it usually present as a subcutaneous nodule, livedo reticularis and ulceration, gangrene of the distal part of the finger is very uncommon presentation of CPN. Few cases have been reported in adult but none in pediatric age group. [3] Although the cause of CPN is unknown in most cases, the involvement of streptococcal infection and hepatitis did not get relived by any medication. On examination child was afebrile, pulse was 80/min with reduced pulsations over left radial artery (Allen's test positive), blood pressure (110/70 mm Hg) with gangrene of 3-4 cm over left index finger tip. A provisional diagnosis of thromboembolism was made. His investigation showed following results: Hemoglobin -12.9 g%, GBP-normocytic, normochromic and sickling test was negative. Total leukocyte count -18 × 10 9 /L, differential leucocyte count-N -90%, L -06%, E -02%, M -02%, platelet count -3.6 × 10 9 /L reticulocyte count 2% serum glutamate-pyruvate transaminase -32 IU/L, alkaline phosphatase -255 IU/L, serum albumin 2.9 g/dl, prothrombin time/activated partial thromboplastin time -normal, blood urea -13 mg/dl, serum creatinine -0.4 mg/dl, sodium -133 mmol/L and potassium -3.1 mmol/L. The antistreptolysin "O" titer was 180 IU/ml, but ESR -(55 mm in 1 st h) was raised. c-ANCA, p-ANCA as well as anti-hepatitis C virus (HCV) and hepatitis B virus surface antigen were non-reactive. The color Doppler study of left upper limb showed non-visualization of radial artery in its entire course from the bifurcation. The histopathology of biopsy of the nodule taken around the knee joint showed fibrinoid necrosis and inflammation (neutrophilic predominance) in small and medium sized vessel wall as well as in the lumen [Figures 3a and 3b ]. From these findings, a diagnosis of CPN with vasculitic arterial occlusion of finger was made. He received prednisolone 2 mg/kg/day for 4 weeks, followed by tapering over next 4-6 weeks. Subcutaneous nodules gradually disappeared but the gangrenous change of the finger progressed, so the finger was amputated. Later after 2 months of stopping therapy they reappeared in the same fashion. Hence, the child was put on immunosuppressant therapy that is intravenous cyclophosphamide in a dose of 600 mg/m 2 /month along with low dose prednisolone (0.75 mg/kg/day) for next 6 months. The child went in sustained remission after 3 months of therapy. As of now the child is apparently asymptomatic since last 4 months and is on regular monthly follow-up.
DISCUSSION
In CPN necrotizing vasculitis of dermal and subcutaneous small and medium sized vessels are seen. Several cases of CPN have been described in adult unlike in pediatric age group in which it is very uncommon. [5] Though the features of dermal involvement in the form of painful subcutaneous nodules, livedo reticularis and ulceration are common features, preferentially affecting the lower extremities but the gangrene of the finger as, in this case, is a very unusual finding. [6] The characteristic pathologic features of CPN is localized at the dermal pannicular junction showing fibrinoid degeneration involving all layers of the vessel wall along with infiltration of inflammatory cells mainly neutrophil, eosinophil, lymphocytes and plasma cells in the wall. [7] The biopsy of skin nodule of this case had all findings of vasculitis [ Figure 2 ]. The color Doppler also confirmed the vasculitic occlusion as no flow of blood was detected in the radial artery after bifurcation in left upper arm. Apart from that the child did not have any history of pain abdomen, sinusitis, hematuria and cough with chest pain. c-ANCA and p-ANCA were also negative which excludes other types of vasculitis syndrome. Although the etiology of CPN is unknown the hepatitis virus infection especially by hepatitis B virus and HCV as well as streptococcal infection has been implicated for its causation. [7] However, none was positive in the present case. Moreover, type III allergic reactions mediated by immune complexes are assumed pathogenesis of CPN but the exact pathogenesis is not known. Increased sedimentation rate and neutrophilic predominant leukocytosis are the most common laboratory abnormalities in such cases. He received corticosteroids for 6 weeks during which his symptoms subsided but reappeared again within 2 months of withdrawal of the drug. Since cyclophosphamide is a preferred drug in patients who either relapse or do not achieve remission with glucocorticoids therapy alone, the child was started on this regime. [8] Although CPN usually does not progress to systemic PAN but few cases in the literature have been reported for progression to systemic involvement even after many years. [9] Hence, regular and prolonged follow-up is required.
